Key Takeaways: HIDDEN

Heart failure with preserved ejection fraction
in patients typically over 60 years old

A

INTOLERANCE to standard HF therapies, i.e., ACEi / ARB and beta blockers

DISCORDANCE between QRS voltage and LV wall thickness

of carpal tunnel syndrome or lumbar spinal stenosis

showing increased LV wall thickness

Autonomic nervous system dysfunction,
NERVOUS SYSTEM including GI complaints or unexplained weight loss
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LV=left ventricular.
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Rare Disease




Increased clinical suspicion for ATTR-CM

l Test for AL cardiac amyloidosis ‘ 1 or more is abnormal™:
| o Serum kappa/lambda free light
v x40 chain ratio: abnormal if ratio is
NORMAL ABNORMAL <026 or>1.65

o Serum protein immunofixation:
abnormal if M-protein is detected

 Urine immunofixation: abnormal
if Bence-Jones protein is detected

Is nuclear scintigraphy available
or referral possible?

v Refer to
YES haematology
Nuclear scintigraphy with Endomyocardial biopsy (EMB)
99mTc-PYP/99mTc-DPD/99mTc-HMDP o Positive Congo red staining?
radiotracers « Amyloid tissue typing with IHC and mass
e Planar and SPECT imaging necessary’ spectrometry (AL/ATTR/other and/or MGUS)"?
\ \
Grade 0 Grade 1 Grade 2 or 3 TTR+ TTR-
ATTR-CM Requires further typing ATTR-CM ATTR-CM
unlikely” with EMB and THC/ Di i unlikely
mass spectrometry? lagnosis
V)
’ Genetic testing to differentiate wtATTR-CM or hATTR-CM? ‘
hATTR-CM, hereditary in amyloid cardic y; HC, immL 1emistry; MGUS, of undetermined significance; TTR, transthyretin; wtATTR-CM, wild-type transthyretin amyloid

cardiomyopathy. References: 1. Maurer MS, Bokhari S, Damy T, et al. Expert consensus recommendations for the suspicion and diagnosis of transthyretin cardiac amyloidosis. Circ Heart Fail. 2019;12(9):1-11.
doi:10.1161/CIRCHEARTFAILURE.119.006075. 2. Gillmore JD, Maurer MS, Falk RH, et al. Nonbiopsy diagnosis of cardiac transthyretin amyloidosis. Circulation. 2016;133(24):2404-2412.
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